In the mid-1930s Wegener described an illness in 3 patients which was characterised by destructive lesions in the upper air passages, disseminated vasculitis, and a rapidly progressive course, with death supervening 6-14 months from onset."2 A major clinical review of 56 cases of Wegener's granulomatosis by Walton in 19583 confirmed the bad prognosis of the untreated disease. The course was usually rapid and full of incident with a mean survival of 5 months. In 1966 Carrington and Liebow4 reported 16 patients with pulmonary lesions histologically identical to those seen in Wegener's granulomatosis, with absent or minor lesions elsewhere, who did not go on to develop renal disease. This 'limited form' had a much better prognosis.
We wish to draw attention to another variant form of Wegener's granulomatosis which also has a prolonged indolent course despite major manifestations outside the lower respiratory tract. Case reports CASE 1 A 34-year-old woman had a 1 0-year history of severe recurrent sinusitis for which she had had several drainage operations and which was subsequently managed with daily douching and antibiotic therapy as necessary. In 1977 a particularly severe episode of sinusitis was accompanied by epistaxis, scleritis, arthralgia, and a raised red indurated rash over the lower limbs. She was found at this time to have developed a large perforation of the cartilagenous septum and a 'saddle nose' deformity ( Fig. 1 ). Staphylococcus aureus was grown from nasal swabs. The haemoglobin was 10*8 g/dl, and white blood cell count 10-9 x 109/l, with 11% eosinophils. A Kveim test Accepted for publication 30 July 1982. Correspondence to Dr D. G. Macfarlane, Lewisham Hospital, London SE13 6LH.
showed an equivocal result, with a multinucleated epithelioid cellular reaction to the injected material. A presumptive diagnosis of sarcoidosis was made. The acute illness settled with antibiotic therapy. In 1979 she was reinvestigated. Multiple biopsies of the nasal space showed nonspecific inflammation, the chest x-ray was clear, and renal function qormal. In November 1980 she suddenly became dramatically ill, with swingeing pyrexia, synovitis of the wrists and knees, a purpuric rash over the thighs, nail-fold hyperaemia, and marked peripheral oedema. There was a right sclerouveitis, marginal corneal ulcerations, and a granulomatous mass overlying the lacrimal sacs.
Investigations. Haemoglobin 10a1 g/dl, leucocytes 16 6 x 109/l with 25% eosinophils, plasma viscosity 2X02 cP, blood and protein in the urine, blood urea 4*8 mmol/l, creatinine clearance 81 ml per minute, 24-hour protein excretion 0-53 g/l, C3 1-4 g/l, C4 0 23 g/l, Clq binding assay 39%, anticomplementary activity assay 4, cryoglobulin 17-5% (mixed); latex test, antinuclear antibody (ANA) test, and the Wassermann reaction (WR) were negative. Renal biopsy showed a focal segmental glomerulitis with crescent formation (Fig. 2) , IgM and complement in the loops, and red cell casts in the tubules. Biopsy of the skin lesion showed leucocytoclastic vasculitis. Histology of skin not exposed to light and without any lesion was normal. Chest x-ray showed transient mid and lower zone consolidation (Fig. 3) , and sinus x-ray showed opacification with erosion of bone in the medial wall of the right maxillary sinus (Fig. 4) .
She was started on treatment with cyclophosphamide 100 mg and prednisolone 20 Table 1 shows clinical features of a number of cases reported to have survived for 4 or more years without cytotoxic therapy. In contrast with our 3 cases the pulmonary lesions were pre-eminent, which emphasises the better prognosis this feature predicts. In two instances7 15 a spontaneous remission has been observed.
The diagnosis of Wegener's granulomatosis was made more difficult in our patients because histological confirmation was not obtained on multiple nasal biopsies despite obvious involvement of this site by active disease. The renal biopsy in case 1 was compatible with, but not diagnostic of, Wegener's granulomatosis, and the biopsies which had been taken from case 3 four years previously were not immediately available. Ultimately the decision to treat was a clinical one, and the ocular involvement proved to be the most helpful feature.
Eye involvement is found in over 40% of cases of Wegener's granulomatosis25 2 and is occasionally the presenting feature.27 28 There is either direct spread from the sinuses into the orbit causing nasal and lacrimal duct obstruction, proptosis, ocular palsy, and ocular atrophy; or focal vasculitis causing conjunctivitis, episcleritis, scleritis, comeoscleral ulceration, uveitis, or granulomatous vasculitis of the retina and optic nerve. While the many clinical features in cases 1 and 3 made the diagnosis of Wegener's granulomatosis likely, case 2 posed more of a problem. The nasal, auricular, and ocular features could have been due to contiguous involvement with an expanding lesion such as a midline granuloma, but Carrington and Liebow4
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